THE patient was aged 9 when he was first seen in the early part of 1902. He had always been of a yellowish colour, though the parents were unable to state whether the tint had been noticed actually at birth. He was admitted to the Hospital for Sick Children for anaemia and shortness of breath; his heart was considerably dilated and there was a harsh systolic murmur audible over the precordia. The liver was palpable 1 in. below the costal margin and the hard smooth spleen reached to within 1 in. of the iliac crest. His erythrocytes were 1,460,000 per cubic millimetre and his haemoglobin 30 per cent. The feces contained plenty of bile pigment, while the urine, though of a dark colour, contained none. On several occasions a well-marked urobilin band was seen by the spectroscope. The cerebrospinal fluid did not contain bile, nor did the serum of the blood on the only occasion on which it was examined. A Wassermanni test was negative.
Splenectomy for Congenital Acholuric Jaundice.
By HUGH THURSFIELD, M.D. THE patient was aged 9 when he was first seen in the early part of 1902. He had always been of a yellowish colour, though the parents were unable to state whether the tint had been noticed actually at birth. He was admitted to the Hospital for Sick Children for anaemia and shortness of breath; his heart was considerably dilated and there was a harsh systolic murmur audible over the precordia. The liver was palpable 1 in. below the costal margin and the hard smooth spleen reached to within 1 in. of the iliac crest. His erythrocytes were 1,460,000 per cubic millimetre and his haemoglobin 30 per cent. The feces contained plenty of bile pigment, while the urine, though of a dark colour, contained none. On several occasions a well-marked urobilin band was seen by the spectroscope. The cerebrospinal fluid did not contain bile, nor did the serum of the blood on the only occasion on which it was examined. A Wassermanni test was negative.
The patient improved for a short time, but was readmitted in August, 1912, more anemic and exhausted than before. His erythrocytes were now only 1,097,000 per cubic millimetre and his haemoglobin had sunk to 20 per cent. The fragility of his corpuscles to solutions of saline was found to be considerably in excess of the normal; heemolysis began in a 65 per cent. dilution.
Since the boy was obviously in danger and showed no signs of improvement, my colleague, Mr. Tyrrell Gray, removed the spleen. At the operation three spleniculi were seen and left untouched. The spleen was firm and hard, and when squeezed free of blood weighed 597 grm. After the operation there was the usual leucocytosis, but at the end of ten days this had disappeared and three weeks later the boy had entered on a steady course of improvement. The yellow tint disappeared and the erythrocyte count began to move upwards. The fragility of his erythrocytes, however, remained somewhat greater than the normal. As he lives some distance from London I did not see him again till nine months after the operation, when his erythrocytes were 5,186,000 per cubic millimetre and his hemoglobin 95 per cent. The fragility was still a little greater than normal. At the present time, sixteen months after the operation, he is in excellent health with no signs of the disease. His red blood corpuscles are 5,000,000 per cubic millimetre and his haemoglobin 100 per cent. The standard of fragility is now absolutely normal.
DISCUSSION.
Dr. HUGH THURSFIELD said he wished to emphasize the importance, which was sufficiently obvious from the remarks that had been made, of trying to sort out the rubbish heap of " splenic anemia." Speakers on this occasion had used the term in five or six different significations. He believed that there were means of distinguishing cases of acholuric jaundice from all other forms of enlargement of spleenviz., the fragility of corpuscles. In England, America, France, Germany, wherever that examination had been made the fragility of the erythrocytes had been found definitely increased, at any rate in the congenital cases. It was further possible to say that in cases of enlarged spleen, of the" splenic anLemia" type, the fragility was either normal, or more frequently abnormal in the wrong direction-i.e., the corpuscles showed increased resistance. It was therefore most important that the fragility of the red corpuscles should be stated in every case reported as one of "splenic anemia." Sir BERTRAND DAwsON, K.C.V.O., agreed with Dr. Thursfield that probably these cases would need to be classified afresh. Among the cases of hw,molytic jaundice which had been published one could see close resemblances between some of them and pernicious anumia. The anemia, the size of the spleen, and even the fragility of the blood, were variable features. It was found possible to have hemolytic jaundice without increased fragility of the blood. Cade had reported a case of a father who had an enlarged spleen and haemolytic jaundice, but no increased fragility, with two children, who likewise had enlarged spleens and jaundice, but with increased fragility. He saw a case lately of typical haemolytic jaundice, but without fragility. He did not think that the variability of fragility was very difficult to explain. The jaundice in these cases was due to over-production. There was a surfeit of bile in the liver due to the precursors of bile pigment being formed in excess by the spleen; this excess he believed must be due to an interaction between two factorsnamely, the spleen and the fragile blood. The part played by each of these factors would vary in different cases. The spleen might be so active as even to be able to break down blood in excess which was not normally fragile. On the other hand, it was conceivable that blood might be so fragile that even the removal of the spleen would not prevent an excess of bile formation. He regarded the manufacture of the bile pigment as a special function of the spleen which was distinct from the action which broke down blood, and which if present in excess produced an anemia. Another point of interest was that in many cases the fragility persisted after removal of the spleen. He had not yet published a case which he was fortunate enough to have under observation, the case in which Sir Spencer Wells removed the spleen in 1887. He had a complete record of that case, and of the son of that patient. He examined the blood of the first-named patient a short timne ago, and her blood was.still fragile though she was cured of her hwemolytic jaundice. He suggested that there was a proneness on the part of these people who had this surfeit of bile in the liver to form gall-stones, and he did not doubt that they did have gall colic. They had often what were called "bilious attacks," with a rise of temperature, and sometimes pain, and during these phases they would be found to have bile in the urine. In the son of Sir Spencer Wells's patient there were definite attacks of tenderness over the gall-bladder, and that viscus was explored, when it was found to be packed with bile mud. In the case of the girl he was now showing, though she only showed a certain amount of dyspepsia, her gall-bladder was explored, and four gall-stones were found. Her spleen was subsequently removed. If one removed the spleen, and there was a gall-bladder packed with stones, recovery would not be completed by the splenectomy. It was better to get rid of the gall-stones first. If people had gall-stone colic and enlarged spleen, and after the former had been dealt with the jaundice persisted, it would be well to test the blood for increased fragility. It was not necessary for the spleen to be always very big. He thought it would turn out that in the young cases, whose splenic itissue reacted easily, large spleens would be the rule, but he did not think it was necessary for people who acquired heamolytic jaundice late in life to have very big spleens, because their splenic tissue would react less readily. In response to Dr. Wynter's suggestion as to whether htemolytic jaundice should be left alone, his opinion was that it should not. Not only did these people have a poor quality of life, but they were liable to gall-stones; and he believed, further, one could meet with cases which almost glided into the group of splenomegalic cirrhoses, and he believed some of the hmemolytic jaundice cases would have a tendency to get that cirrhotic liver which one was accustomed to associate with so-called Banti's disease.
Dr. PARKES WEBER said that the question of the association of cholelithiasis with chronic acholuric jaundice (hmemolytic jaundice) had been discussed in France by Gilbert and others,' and several cases had been described. But the percentage of cases of chronic acholuric jaundice which had developed cholelithiasis was, he believed, not a large one. With regard to classification, Chauffard first succeeded in clinically separating out a group of jaundice cases characterized by excessive fragility of the erythrocytes towards hypotonic saline solutions; the presence of jaundice with bilirubin in the blood serum but none in the urine, but with excess of urobilin in the urine; the frequent presence in the blood of a few normoblasts, with great anisocytosis and polychromatophilia of the red cells. It then became possible for others to pick I See, for instance, Chauffard, " Cholelithiase pigmentaire dans un cas d'ict6re congenital h6molytique," Bull. et Mem., Soc. med. des H6p. de Par., 1912, xxxiv, p. 80. out cases of anaemia without jaundice, but which nevertheless showed the blood characters of what was called chronic" haemolytic jaundice," or " chronic acholuric jaundice with anaemia and splenomegaly." Dr. Weber had suggested that ansemia of that kind should be termed " splenomegalic anaemia," so as to distinguish it from splenic anawmia.' Then there also arose the question, was this excessive fragility of the erythrocytes an essential feature of chronic " haemolytic jaundice " and (what Dr. Weber termed) "splenomegalic anumia"? He thought it must be regarded as always present in typical cases, but there were atypical cases which did not show the same decided excessive fragility (of the red blood cells towards hypotonic saline solutions). It had been supposed that in the typical cases of chronic acholuric jaundice bilirubin without bile salts was circulating in the blood, and efforts should be made to find out whether (as he understood to have been suggested) the presence of bilirubin or urobilin in the blood without bile salts could produce excessive fragility of the erythrocytes towards hypotonic saline solttions. It had indeed to be remembered that all abnormalities in the circulating blood must affect the bone-marrow, that is to say, the source of the erythrocytes. It was interesting to compare what happened in ordinary cases of obstructive jaundice in which both bile salts and bilirubin were probably circulating in the blood. In those cases there was often increased resistance, instead of increased fragility, towards the hemolytic action of hypotonic saline solutions. G. D.
Whyte' had suggested that the presence of sodium taurocholate in the circulating blood tended to increase the resistance of the red cells towards heemolysis. (Dr. Weber did not know what effect excess of cholesterin in the blood might have upon the fragility of the erythrocytes.) ' Weber and Dorner, Lancet, 1910, i, p. 227. 2 Lancet, 1914, i, p. 383. Case of Kala-azar (Parasitic Splenomegaly) in an Adult from Malta.
By Fleet-Surgeon P. W. BASSETT-SMITH, C.B.
THE patient, a man, aged 29, while on the Mediterranean station was for some months in 1912 employed on the rifle range at Malta; it was noted that dogs frequented the camp, but children were rarely seen. In 1904 he had an attack of enteric, otherwise his previous health had been good. Subsequently to leaving Malta (July, 1912) he had several attacks of slight fever which were thought to be influenza. Ten months after leaving the.rifle range he was admitted to the Royal Naval
